SUMMARY An association of Hirschsprung disease with polydactyly, unilateral renal agenesis, hypertelorism, and congenital deafness is described in sibs (brother and sister) of consanguineous parents. It is suggested that this might represent a new autosomal recessive syndrome. Developmental evaluation using the Griffiths scale showed subnormal results (general quotient 37-4%, mental age 14-1 months, chronological age 40-6 months).
Cytogenetic studies of peripheral blood cultures revealed a normal 46,XY karyotype.
Family history
The proband was the sixth child of a consanguineous marriage; tme parents were first cousins. The oldest sister died during the second week of life after a surgical procedure for intestinal obstruction and had polydactyly of the hands and feet. There was no other family history of polydactyly, Hirschsprung disease, or deafness. It is interesting to note that isolated abnormalities described in association with congenital intestinal aganglionosis are neural tube defects,8 neural crest cell diseases,' and intestinal malformations.' 2 In this particular family, aganglionosis was not investigated in the oldest sister, but it is possible that one may be dealing with a new disorder with autosomal recessive inheritance, distinct from the one reported by Laurence et al, 2 in which two male infants were described with Hirschsprung disease and polydactyly. These also had congenital heart malformations in contrast to the hypertelorism, renal agenesis, and congenital deafness which were present in our patient.
Discussion
The association of defects in the present family may not be fortuitous but the result of a common pathophysiological cause, which may help us to understand more fully the embryogenesis of Hirschsprung disease. 
